As a follow-up to our recent article in World Journal for Pediatric and Congenital Heart Surgery titled ''Ascites in adult patients with cyanotic congenital heart disease,'' we report the case of a 44-year-old male patient with a cyanotic Ebstein anomaly (arterial oxygen saturation of 83%) who underwent tricuspid annuloplasty due to severe tricuspid valve regurgitation. However, two years after the surgical correction, and although hypoxemia improved, the patient developed progressive isolated ascites that became severe and unresponsive to diuretic treatment and therapeutic paracentesis. The patient was eventually referred for orthotopic cardiac transplantation.
Blood analysis showed normal serum glucose, creatinine, albumin (3.8 g/dL), total proteins, and liver enzymes concentrations, while abdominal paracentesis revealed an exudate with a total protein level of 5.1 g/dL and a serum-to-ascites albumin gradient of 1.4. Echocardiogram demonstrated severe right ventricular dysfunction with mild tricuspid regurgitation, mild pulmonary hypertension, and a right to left shunt through a patent foramen ovale, which was left permeable in the initial surgery. Abdominal ultrasound evidenced ascites, a hepatomegaly of rounded edges, and dilatation of the inferior vena cava and the suprahepatic veins, while abdominal computed tomography demonstrated mild splenomegaly with dilatation of the portosplenic axis and the iliac, mesenteric, and retroperitoneal veins. The hemodynamic study of the liver evidenced a mean right atrium pressure of 21 mm Hg, an inferior vena cava pressure of 21 mm Hg, a free hepatic vein pressure of 22 mm Hg, and a wedged hepatic vein pressure (WHVP) of 27 mm Hg. Meantime, transjugular liver biopsy showed sinusoidal dilatation, without parenchyma destruction or inflammation, and mild periportal fibrosis. After heart transplantation, the patient developed primary cardiac graft failure, renal insufficiency, and upper gastrointestinal bleeding, with little improvement in his ascites, and he died four months later due to concurrent nosocomial infections and severe cachexia.
Noncirrhotic portal hypertension (NCPH) comprises a group of diseases characterized by a variety of hepatic histological findings, ranging from normal to periportal, septal, or perisinusoidal fibrosis and a near-normal or mildly elevated WHVP, which may progress to portal hypertension in late stages. 1 Although the etiology of NCPH is poorly understood, some pathophysiological mechanisms seen in patients with hypoxemic congenital heart disease, such as hyperviscosity, shear stress, or the release of vascular factors, may favor its appearance.
What is striking, in our patient, is the presence of a severe isolated resistant ascites and the near absence of lower limb edema, findings commonly found in patients with cirrhosis but not in patients with congestive heart failure unless they develop cardiac cirrhosis. For that reason, and in conformity with the analytical, histological, hemodynamic, and imaging findings, we think that our patient could not only have a congestive heart failure but also have an early stage of an NCPH. Nevertheless, we considered heart transplantation only, as opposed to combined heart-liver transplantation, due to the theoretically ''benign'' nature of the hepatic process. Unfortunately, our patient died due to problems resulting from transplantation. Although we had previously reported the common prevalence of refractory ascites in adult patients with cyanotic congenital heart disease, 2 the extent to which liver pathology, and specifically refractory ascites, may influence a worse clinical outcome after heart transplantation is yet to be determined. 
